We performed a clinicopathological study on the eyes of a 3-year-old girl with primary hyperoxaluria type I. An examination one year before death disclosed a slightly diminished visual acuity in both eyes with black, geographic central macular, subretinal patches. Calcium oxalate was deposited predominantly in the retinal pigment epithelium of the posterior pole, where these -celis were markedly hyperplastic and hypertrophied round foci of oxalate crystals. Oxalate crystals were exceedingly sparse in other ocular structures and when present were not associated with an apparent tissue reaction in these other locations. A coliagenous layer was evident between parts ofthe retinal pigment epithelium and the neurosensory retina, which contained occasional perivascular clumps of melanin laden cells. The predominant deposition of oxalate in the retinal pigment epithelium, with the exuberant response of these celis around the crystals, gives a clue to the pathogenic mechanisms of primary hyperoxaluria.
Calcium oxalate crystals may be deposited in the kidneys, eyes, bones, joints, skin, cardiac conduction system, and other tissues as a primary or secondary phenomenon. The term primary hyperoxaluria (primary oxalosis) refers to two rare genetic inborn errors of metabolism characterised by nephrocalcinosis, recurrent calcium oxalate nephrolithiasis, and an excessive urinary excretion of oxalic acid. Early diagnosis can be suspected by the finding of increased echogenicity of the renal papillae on ultrasonography before nephrocalcinosis is detectable on routine roentgenograms of the abdomen. Primary hyperoxaluria may be particularly severe when it presents during infancy with acute renal failure.
Primary hyperoxaluria type I (McKusick 259900) (glycolic aciduria) is typified by an excessive urinary excretion of glyoxylic and glycolic acids and is due to a deficiency of alanine:glyoxylate aminotransferase (AGAT) (Fig 1) 
Results
Histopathological examination of the eyes disclosed numerous, pitch black foci in the posterior portion of the fundus (Fig 2) . By light microscopy these dense black foci consisted of multiple layers of hyperplastic and hypertrophic retinal pigment epithelium (Fig 3) knowledge this is the first histopathological report of a patient with enzymatically confirmed primary hyperoxaluria type I. In contrast to previously reported cases, the eyes of our patient were characterised by: (1) an exuberant retinal pigment. epithelial reaction round the crystals which was seen funduscopically as geographic black lesions; (2) the collagenous layer between the retinal pigment epithelial cells and the neurosensory retina which correlated with the clinically apparent thin white layer located between the neurosensory retina and the retinal pigment epithelium; and (3) the paucity ofoxalate crystals in the remaining ocular structures.
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